We are reporting the first case of priapism due to a sacrococcygeal chordoma metastasis treated with radiation therapy as palliative treatment.
Introduction
Sacrococcygeal chordoma is rare, with a risk of local relapse of 50%, and metastasis relapse estimated at 17.5% in all cases. 1 Only one metastatic case to the penis has been reported. 2 We report the second case that presented with priapism which is described for the first time.
Case report
In 2003, a male aged 57 y was visited. He was suffering from priapism, which occurred 4 days prior to the visit. In 1994, 9 y earlier, he underwent a subtotal excision of a sacral mass, including resection of the coccyx, which was followed by radiation therapy. A histological examination revealed sacrococcygeal chordoma. After 2 y, in 1996, the patient suffered from a local relapse and metastasis to the lungs and ribs. A surgical operation removed the 7th rib (histology:chordoma), and this was followed by radiation therapy. The patient refused a new sacrococcygeal operation to preserve bowel and bladder continence. After 4 y, in 2000, a metastasis appeared on the right shoulder and on the left gluteral. Excisional biopsy of the gluteral resulted as a chordoma. An MRI enchephalan, 3 months ago, pointed out a lesion of 2.5 cm diameter to the right side of the sphenoid. It would be interesting to note that 4 y earlier, in 1999, a nodule of 0.5-0.7 cm diameter was spotted through ultrasound in the right corpora cavernosa, which was mistakenly diagnosed as a IPP and treated with eight intracavernous injections of verapamil, 10 mg in 10 ml saline. We performed a Doppler ultrasound to the penis which showed a lesion involving both corpora cavernosa in the medium and proximal area. These data were confirmed also by MRI of the penis (Figure 1) , which was not sufficiently clear to understand the exact situation of the metastasis' origin. The ultrasound performed 4 y earlier confirmed that it was a penile metastasis, which started from the right corpora cavernosa. A catheter was attached to the patient. The patient had already been taking narcotics for 3 months before the priapism, and we then decided not to change therapy. After an excisional biopsy of the penile lesion, which showed the characteristic shape of a chordoma, we decided to treat the patient with radiotherapy. Radiotherapy was delivered at a 5 Gy daily fraction for a total dose of 20 Gy. This achieved a reduction of roughly 30% of the original rigidity (using penile nomogram), 3 and the patient reported a reduction of pain due to radiotherapy. It was our intention, due to the good results achieved, to continue radiotherapy treatment for a total dose of 30 Gy, but the patient's general condition worsened considerably, resulting in his death 45 days from the appearance of the priapism; therefore we do not have the MRI post-treatment.
Discussion
Chordoma is a rare malignant tumor arising from remnants of the notochord and accounts for 4% of malignant bone tumors. In 50% of cases, the first appearance found is in the sacrococcygeal region. Full surgical removal, right at the beginning, is important for a good prognosis, while chemotherapy and radiation therapy are used for metastasis, since this tumor shows poor sensitivity to chemotherapy and radiotherapy. 4 Common sites for metastasis are the lungs, lymph nodes, liver and bones with only one metastatic case to the penis treated with local excision, for which the follow-up is not known. We think that, in such a situation, radiation therapy can result in good palliative treatment. If the diagnosis had been made at an earlier stage, surgery would have been the treatment to choose. Sacrococcygeal chordoma treatment with radiation therapy N Mondaini et al
